Cases Suprapapillary Carcinoma of Duodenum Bryan J Mayou MB FRCS (Battle Hospital, Oxford Road, Reading, RG3 IAG)
F T, man aged 47. Boilerman History: Had been investigated six months previously for bouts of severe abdominal pain occurring over a period of five weeks. Cholecystogram normal; barium meal showed a constant projection in the second part of the duodenum. The pain had recurred five weeks before presentation and on examination he appeared moderately jaundiced, but not anmmic. Slight tenderness in epigastrium, no signs of liver disease.
Three days after admission he had a large himatemesis and melena requiring rapid blood replacement. Fibroscopy revealed blood issuing through the pylorus from the duodenum. At emergency laparotomy he was found to have an annular constricting carcinoma of the second part of the duodenum above the papilla. There was no apparent spread to lymph nodes or liver. Despite the obstructive jaundice, the common bile-duct was shown to be patent by the passage of a catheter. A pancreatico-duodenectomy was carried out. Postoperatively, the patient developed a pancreatic fistula which later became infected. After three-and-a-half weeks of conservative treatment this fistula subsided and stopped. The patient is in good health eight months later. Histology of the tumour revealed a mucinous adenocarcinoma of the duodenum. There was some involvement of the pancreas and of one small lymph node in the serosa.
Discussion
This case illustrates both the difficulties of diagnosis and the means by which diagnosis may be improved. Sakker & Ware (1973) showed that only 64% of carcinomas of the duodenum were diagnosed correctly on routine barium meal and in some of these a correct diagnosis was made only after repeated examinations. The significance of the barium finding in our patient six months before admission was not recognized at that time.
There are now two further important methods of diagnosis: (1) Hypotonic duodenography which allows the radiologist to distinguish small adhesions and abnormal mucosal folds. (2) Duodenoscopy, which allows direct visualization of the lesion, photography and biopsy. In our case duodenoscopy was not possible due to the presence of bleeding but the fibroscopic finding of blood issuing from the pylorus led to the obvious deduction that bleeding was coming from the duodenum or bile ducts. The differential diagnosis must therefore have included carcinoma of the duodenum. There is a certain place for selective angiography (Bosse & Neely 1969), but cytology is of doubtful value.
A surgical choice is between radical and limited procedures. Whipple's operation of pancreaticoduodenectomy appeared to be a promising method of treatment for carcinoma of the duodenum (Whipple et al. 1935 ). However, if collected series up to 1952 are combined we find an operative mortality approaching 30% and the survivors living an average of fifteen months. It is only in recent years that appreciable numbers of five-year survivors have been reported (Paltalunan etal. 1964) .
Palliation may be achieved by radical resection without total clearance or by more limited procedures such as bypass. Sakker & Ware (1973) report greatly improved survival in 5 cases who received chemotherapy in addition to bypass procedures. Intra-arterial infusion of cytotoxic agents would be a logical refinement of this treatment.
In conclusion, it must be emphasized that there are far commoner causes for upper gastrointestinal hemorrhage and jaundice than carcinoma of the duodenum. However, this organ is now completely accessible both endoscopically and radiologically and these diagnostic aids coupled with awareness of the condition will inevitably lead to earlier diagnosis and more effective treatment. A diagnosis of pernicious anemia was confirmed by the following investigations: macrocytic aneemia (Hb 6.8 g/100 ml, PCV 19 %, MCV 105 p,m3), megaloblastic erythropoiesis on examination of the sternal marrow, histamine fast achlorhydria on test meal, atrophic gastritis on gastric biopsy, serum B 12<30 pg/ml, reduced absorption of radioactive vitamin B12 (Schilling test 4.0% of test dose excreted) corrected by the simultaneous administration of intrinsic factor (14% of test dose excreted), and a haematological remission achieved by vitamin B12 alone. Subsequent tests revealed immunofluorescent antibodies to gastric parietal cells.
In December 1967 he presented the classical clinical picure of thyrotoxicosis with exophthalmos. This was confirmed by T3 resin uptake of 208% (normal range 90-110%) and protein bound iodine 16.8 ,g/100 ml (normal range 3.5-8.0 ,ug/100 ml). Tests for thyroid antibodies were strongly positive. Treatment with carbimazole was instituted.
Eight months later he presented with marked pretibial myxcedema of approximately four weeks' duration. Four weeks later he was admitted as a surgical emergency with a twenty-four hour history oflower abdominal pain. Laparotomy was performed because of clinical signs of peritonitis. A thickened, chronically inflamed and perforated terminal ileum was resected and end-to-end anastomosis performed. The resected ileum showed two longitudinal ulcers, one of which had perforated. Histologically, occasional giant cell granulomas and a mixed inflammatory cell infiltration including numerous eosinophils were in keeping with a diagnosis of Crohn's disease.
In November 1973, this patient required 131I therapy for a recurrence of thyrotoxicosis, and at the same time there was an exacerbation of his pretibial myxcedema. Since then he has been symptom free, requiring only monthly injections of vitamin B12. There has been a considerable reduction of his exophthalmos and pretibial myxcedema.
Comment
The association of pernicious anxmia and disorders of the thyroid gland is well recognized, and immunological studies have indicated that they are probably autoimmune disorders. Of 522 consecutive patients with pernicious anemia 4.8% had previous or concomitant disorders of the thyroid (previous thyroidectomy for thyrotoxicosis 1.3 % and nodular goitre 1.0 %) (Cox 1958) ; none had pretibial myxoedema.
Only 6 out of 306 patients with Crohn's disease in the Birmingham series had a free perforation (Steinberg et al. 1973) . Current work suggests that Crohn's disease is due to an infective agent, possibly associated with an anergic state.
The association of pernicious anemia, thyrotoxicosis with exophthalmos and pretibial myxcedema, and Crohn's disease with free perforation all presenting in sixteen months must be a unique occurrence; alternatively it is possible that each of these three conditions may be due to an immunological disorder.
